Introduction
Purpura Pigmentosa Progressiva is a disorder causing skin discoloration especially of the trunk and extremities. It is caused by lymphatic capillarities of unknown etiology. The diagnosis is made by historical characteristics, lack of trauma, normal clinical laboratory testing and vascular changes on biopsy.
Case Report
A 61-year-old white female presented to our primary care office with recurring purple lesions occurring on the arms, legs, and occasionally the trunk. The lesions usually occurred in these areas at different time periods. The discoloration lasted from several weeks to months and eventually resolved spontaneously.
At the time of presentation, skin exam revealed purpuric patches on the forearms bilaterally ( Figure 1 ) that were non-palpable, nontender, and did not blanche with pressure.
The patient denied trauma to the areas of discoloration and denied any other symptoms, except mild irritation, sensitivity, and itching of the areas affected. At the time of the biopsy, the patient smear, coagulation studies, as well as biochemical profile were normal.
A diagnosis of Purpura Pigmentosa Progressiva was made with biopsy of the affected areas showing typical histologic features suggesting the spongiotic stage of purpuric dermatitis ( Figure 2 ).
A trial of topical corticosteroids was started, which slightly improved the symptoms of itching, but had little effect on the discoloration. Since her symptoms were mild she decided to forgo any further treatment, and opted for watchful waiting. After years of monitoring, there were periods of waxing and waning symptoms. The symptoms had no significant progression, and the disorder caused mainly cosmetic concerns.
Discussion
Purpura Pigmentosa Progressiva is a skin disorder causing discoloration of the dermis of the trunk and upper and lower extremities. It is also known as Progressive Pigmentary Dermatitis or Schamberg's Disease. The etiology of the disorder is unknown but is caused by a lymphatic capillaritis [1] .
The disease can occur at any age. The importance of knowledge of this disorder is to help distinguish it from other diseases and problems that could mimic it. The disease involves skin changes that can be confused with child abuse [2] , elder abuse, thrombocytopenia purpura, trauma, as well as other clotting disorders. Although much less common, the lesions can mimic scurvy. The skin lesions can be differentiated clinically from ecchymosis and bruising by the rate of resolution; ecchymosis and bruising will usually resolve in one to two weeks while Purpura Pigmentosa Progressiva may take several weeks to months to resolve. Historical information, including previous similar skin lesions in other areas and lack of trauma help to support the diagnosis. Laboratory testing in patients with Purpura Pigmentosa Progressiva shows a normal complete blood count, including platelet count, protime, and prothrombine time. This helps to exclude other bleeding disorders that may cause purpura. The definitive diagnosis is made by biopsy of the purpuric skin lesions; these typically show vascular changes with fibrinoid degeneration, occlusive damage occasioned by a hyalinized substance and swollen endothelium [3, 4] . Direct immunofluorescence studies demonstrates depositions of C3 or C1q with or without immunoglobulins, and of fibrin in papillary vessels [3] .
Electron microscopic investigation shows typical lymphocytes and two distinct types of dendritic cells [1] . In the early phase adhesion receptors were expressed by infiltrating cells; other adhesion receptors were expressed by endothelial cells [1] .
Purpura Pigmentosa Progressiva differs from other forms of pigmented dermatosis by laboratory testing and the pattern of lesions. Majocchis disease or Purpura annularis telangiectodes also is nonblanching purpuric lesions, but these appear more frequently in an annular pattern and may have atrophy in the center of the lesion [5] .
Purpura Pigmentosa Progressiva may resemble Kaposi`s Sarcoma and is differentiated by biopsy and negative HIV testing. It can also mimic Eczematid like purpura of Doucas and Kapetanakis and can be distinguished by the eczematous features in this disorder.
Treatment
Treatment is based on the severity of the disorder. Frequently symptoms are mild and the disorder causes only cosmetic or aesthetic disturbance. In these cases, no treatment is needed. There is no cure for Purpura Pigmentosa Progressiva but mild symptoms such as itching can be improved with mild to moderate potency steroid Creams [4] . For more severe symptoms, an eight-week course of pentoxifylline 400 mg daily has shown symptomatic relief [4] . Psoralen plus ultraviolet light therapy has shown some promise [4] . Some encouraging results in treating this disorder have been achieved using aminaphtone 75 mg twice daily for one month with the purpuric lesions disappearing within about one week and no relapse occurring after suspending the medication for one year [6, 7] . Aminaphtone is not available in the United States, but is used in Germany, Brazil, Italy as well as other countries. (link) 
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